At the age of 3 months, R G (male, now aged 25) was noticed by his mother to have pigmentation on the upper part of his chest and arms; this has remained unchanged to the present. Oedema of the left foot was first noticed when he was 8 years old. By the time he was 13 there was permanent oedema of the left foot and leg to just above the knee. This was investigated by Professor J B Kinmonth in 1965 when primary unilateral lymphoedema was demonstrated. Besides the brown pigmentation of the upper chest and arms, he was noticed to have a flat, pale red, capillary angioma in the lumbar region to the left of the midline (Figure 1 ). Over the past ten years the lymphoedema has remained unchanged, but he attended hospital in 1976 with 'warty' lesions on the left foot. These raised, 5 mm diameter nodules on the inner border of the left foot had a yellowish colour and were recognized as chylous xanthomata.
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There was even, brown pigmentation of the upper part of the chest and upper arms, and its borders had geographic outlines. He had permanent freckles of the face. In the small of the back to the left of the midline there was an oval (6 x 3 cm) smooth flat haemangioma about the colour of vin rose. The left leg was moderately oedematous to just above the knee. There were several small xanthomatous papules on the medial side of the foot and big toe.
Investigations: Bilateral lower limb lymphangiograms were done by Professor J B Kinmonth in 1965. The left side showed hyperplastic tortuous lymphatics of the leg connecting to the deeper inguinal system. There were also tortuous lymphatics in the left iliac region with involvement of abdominal lymphatics on the left side. The right side showed normal lymphatics of the leg. In 1976 a biopsy was made from the capillary haemangioma of the left lumbar region. The only abnormality was dilatation of the blood vessels in the subpapillary plexus with normal pattern of alkaline phosphatase in their walls. No abnormal lymphatics could be seen.
Comment
The division of primary lymphoedema into 'congenital', 'praecox' and 'tarda' is being replaced by a classification based on lymphangiography (Kinmonth 1972) . Over 90%O of patients with primary lymphoedema have hypoplastic or aplastic lymphatics; the remainder have hyperplastic lymphatics. There is a small group of patients with bilateral enlargement of the lower limb and abdominal lymphatics with blockage of the thoracic duct and other inherited abnormalities such as distichiasis and amelogenesis imperfecta. Finally, there is a distinct group, making up about 5% of primary lymphoedema cases, with unilateral hyperplasia of lymphatics. These patients with primary unilateral megalymphatic lymphoedema have no family history. Their lymphatics are enormous and lack valves, and the lymphatic varicosity extends into the iliac and abdominal regions of the affected side. A pale, angiomatous, megalymphatic patch (vin rose angioma) is almost invariably present in the region of the affected limb root (Kinmonth 1972) .
Our patient is typical of the last group with unilateral megalymphatics. The vin rose angioma is a marker for this specific group. This is the first time that we have seen the histology of this particular type of capillary haemangioma. The congenital melanin pigmentation of the upper part of the body is extraordinary; no association between this and the primary lymphoedema is recognized. The production of chylous xanthomata on the left foot is in keeping with the lack of valves throughout the lymphatics of the abdomen and lower extremity on the left side. Such lesions were well described by Hunter et al. (1970) . Some of this patient's chylous xanthomata have already resolved and it is felt that there is no indication for treatment other than the wellfitting supportive stocking.
Professor M W Greaves: Although the lymphatic abnormalities in this patient can be explained on the basis of an anatomical defect, it is conceivable that the same end result might have followed a functional abnormality of the lymphatics. Lymphatics are contractile structures and loss of propulsive activity might lead to the grossly dilated vessels which are seen in this case. It would be of great interest to know whether the lymphatics in clinically-unaffected areas showed normal function as judged by spread of intradermally-injected dye.
Dr Wells: The complete absence of valves from the abdominal, inguinal and lower limb lymphatics on one side of the body suggest an anatomical developmental defect.
